Retroperitoneal fibrosis (RPF) is a rare, progressive disease characterized by chronic non specific inflammation of the retroperitoneum. Although the pathogenesis of idiopathic retroperitoneal fibrosis (IRF) remains unclear, IRF has been reported in association with autoimmune disorders. However, few cases of IRF associated with rheumatoid arthritis (RA) have been reported. We experienced a rare case of IRF in a patient with RA and chronic B viral hepatitis. A 39-year-old Korean man with RA and hepatitis B was referred to our hospital due to left hydronephrosis. An abdominal computed tomography (CT) scan and magnetic resonance imaging (MRI) showed a diffuse infiltrating retroperitoneal mass around the abdominal aorta and left ureter. The patient underwent intraureteral stent insertion and was treated with corticosteroid. Three months later, the follow up abdominal CT showed that the retroperitoneal mass had decreased in size. Herein, we report the first case of coexistent IRF, RA, and chronic B viral hepatitis with a literature review. (J Rheum Dis 2015;22:123-126)
INTRODUCTION
Retroperitoneal fibrosis (RPF) is a rare characterized by chronic inflammation and marked fibrosis of retroperitoneal tissue, leading to the entrapment of the ureter or other abdominal organs [1, 2] . About two-thirds of cases of RPF are idiopathic, whereas others occur secondary to infection, malignancy, surgery, exposure to radiation, or to the administration of certain drugs. The pathogenesis of idiopathic retroperitoneal fibrosis (IRF) remains unclear, although occasionally it is associated with autoimmune disorders [1, 2] .
Here, we describe a case of idiopathic RPF associated with seronegative rheumatoid arthritis in a patient with chronic B viral hepatitis. To our knowledge, this is the first reported case of coexistent IRF, rheumatoid arthritis, and chronic B viral hepatitis.
CASE REPORT
A 39-year-old Korean male was referred to our hospital for suspected left hydronephrosis incidentally discovered by abdominal ultrasound during routine checkup. He had been diagnosed with hepatitis B at the age of 13, and had also been treated for 3 years with bucillamine, low dose oral steroid (4 mg/d of triamcinolone), and nonsteroidal anti-inflammatory drugs for seronegative rheumatoid arthritis. He was a non-smoker and had no history of asbestos exposure. On physical examination, blood pressure was 119/81 mmHg, heart rate was regular at 90 beats/min, and body temperature was 36.5 o C. Cardiac, respiratory, and neurological examinations revealed no abnormalities. His abdomen was soft and flat without tenderness. Swelling and tenderness of the right wrist were observed on joint examination. Laboratory studies returned; white blood cell count 7,330 cells/mm 3 , hemoglobin level 13.9 g/dL, platelet count 232,000 cells/mm 3 , erythrocyte sedimentation rate (ESR) 11 mm/h, serum C-reactive protein (CRP) concentration 0.25 mg/dL, and serum creatinine 1.28 mg/dL. Anti-nuclear antibody (Ab), rheumatoid factor, anti-cyclic citrullinated peptide (anti-CCP), HLA-B27, human immunodeficiency virus (HIV) Ab and anti-neutrophil cytoplasmic antibodies were negative, and immunoglobulin G4 was 450 mg/L (within the normal range). Serum C3/C4/CH50 levels were 108.7 mg/dL, 40.3 mg/dL, and 50.4 U/mL, respectively (within their normal ranges). Tumor marker levels, including CA 19-9 and carcinoembryonic antigen, were also within their normal ranges. His Ab profile for hepatitis B virus (HBV) was as follows: HBsAg(+), HBsAb(−), hepatitis C virus Ab(−), and his HBV-DNA copy number was 3,567.7 copy/mL. Serum alanine aminotransferase (ALT), serum aspartate aminotransferase (AST), and transaminase levels were normal. Computed tomography (CT) (Figure 1 ) and magnetic resonance imaging of the abdomen revealed a diffuse infiltrating soft tissue mass (approximately 5.0×2.5×10.3 cm in size) extending from the lower abdominal aorta to the level of the iliac bifurcation, left ureteral obstruction, and atrophic change on the left kidney. A double-J stent was inserted into the left renal pelvis and a surgical biopsy was conducted on the soft tissue mass, which was later confirmed to be composed of dense collagenous fibrosis without neoplastic cells (Figure 2 ). Prophylactic lam- ivudine (100 mg daily) was started immediately. Two weeks after, oral high-dose corticosteroid therapy (prednisolone 1 mg/kg/d) was started. Three months later, a follow-up abdominal CT scan revealed the retroperitoneal mass had reduced in size (Figure 3) . The corticosteroid was then tapered to 10 mg/d over 3 months and maintained. Laboratory findings did not change significantly over follow-up. In addition, during follow-up, serum ALT, AST, and HBV viral load were monitored 1 or 2 monthly from the initiation of corticosteroid therapy. An abdominal CT scan has been performed every 3 months.
DISCUSSION
Here, we describe a rare case IRF in a patient with rheumatoid arthritis and chronic hepatitis B. Although, we are not in a position to explain the pathological association between these diseases, this report describes our experience of one case. IRF has been reported in association with autoimmune disorders, but only a small number of reports have been issued on concurrent IRF and rheumatoid arthritis [1, [3] [4] [5] [6] [7] [8] . Furthermore, to the best of our knowledge, this is the first reported case of coexistent IRF, RA, and chronic B viral hepatitis. RPF is a fibro-inflammatory disorder, whereas the pathogenesis of IRF remains unclear. Pathologically, IRF exhibits fibrous and inflammatory components [2, 8] . The leading pathogenic theory suggests that IRF is the consequence of local inflammatory reactions to antigens present in aortic atherosclerotic plaque. However, IRF is also known to develop in patients with no evidence of advanced atherosclerosis [2, 8, 9] , as was found in our patient. IRF could also be a manifestation of a systemic autoimmune disorder since IRF patients often present with constitutional symptoms, high acute-phase reactant levels, positivity for autoantibodies, and associated autoimmune diseases, such as, autoimmune thyroiditis or systemic vasculitis [3, 8, 9] . In addition, IRF is significantly associated with the presence of the HLA-DRB1*03 allele, which has been linked to a wide range of autoimmune diseases, including type I diabetes mellitus and systemic lupus erythematosus [9] . The molecular mechanisms underlying the development of IRF are unclear, although it has been suggested environmental factors play a role in its development [2] . For example, cigarette smoking and occupational exposure to asbestos are known risk factors, whereas microbial agents, such as, Mycobacterium tuberculosis may also act as disease triggers. On the other hand, the pathogenetic roles of viruses remain to be determined [2] . Although a small number of reports have been issued on RPF in patients with a viral infection (one with HIV [10] and one with hepatitis C-related cryoglobulinemia [11] ). The common presentations of IRF are lower back, flank, and/or abdominal pain. Acute or chronic renal failure secondary to ureteral obstruction is the most common and serious complications. About 50% of patients exhibit systemic symptoms, which include malaise, fever, anorexia, weight loss, and night sweats, quickly resolve after initiating glucocorticoid therapy [1, 2] .
Acute phase reactants, such as, ESR and CRP, are elevated in one-half to two-thirds of IRF patients. However, ESR and CRP lack diagnostic sensitivity and specificity and cannot be used to monitor the status of RPF [1, 2, 12, 13] . Pelkmans et al. [12] reported that patients with IRF who have elevated ESR and CRP levels are more symptomatic at presentation, that is, they seem to experience more pain and discomfort at similar mass thicknesses. In our case, baseline ESR and CRP levels were normal, and the patient did not complain of typical symptoms, such as, lower back, flank, or abdominal pain. The goals of IRF treatment are; symptom relief, to decrease the size of the retroperitoneal mass, to reduce ureteral obstruction, to preserve renal function, and to prevent disease progression and relapse. Glucocorticoid therapy with or without urological intervention is the most effective treatment for idiopathic RPF. There is no standard regimen of glucocorticoid therapy, but the initial daily dose of prednisone 30 to 60 mg (medium to high doses) is usually recommended and is gradually tapered under close monitoring of the patients [1, 2, 14] .
Glucocorticoid is implicated as an important predisposing factor for HBV reactivation. HBV reactivation related to corticosteroid treatment is a well-recognized complication of immunomodulatory treatment for various diseases. Therefore, screening for HBV reactivation and prophylactic antiviral treatment should be considered for patients requiring high-dose or long-term systemic glucocorticoid treatment [15] .
In the presented case, we immediately started prophylactic treatment of lamivudine at 100 mg daily to prevent HBV reactivation, and 2 weeks later, initiated oral highdose corticosteroid therapy (prednisolone 1 mg/kg/d). A decrease in the size of the retroperitoneal mass was achieved without any of the side effects associated with corticosteroid therapy, including HBV reactivation.
SUMMARY
We describe the successful treatment of a case of IRF in a patient with rheumatoid arthritis and with chronic B viral hepatitis by corticosteroid therapy and intraureteral stent insertion.
